Acute esophageal necrosis (AEN) also known as "black esophagus" or "acute necrotizing esophagus" is a rare entity characterized by striking endoscopic findings of circumferential black coloring of the esophagus. AEN most frequently seen in the distal esophagus and can extend proximally along the entire esophagus. Characteristically, the circumferential black mucosa stops abruptly at the EGJ. AEN tends to present as acute upper gastrointestinal bleeding, though other symptoms including dysphagia and epigastric pain have been described. The etiology of AEN is multifactorial including a combination of ischemic insult, mucosal barrier defect, and a backflow injury of gastric secretions. Described is a case of AEN in a patient with history of uncontrolled diabetes who presented with an atypical chest pain mimicking acute coronary syndrome with negative subsequent cardiovascular workup.
INTRODUCTION
Acute esophageal necrosis (AEN) also known as "black esophagus," "acute necrotizing esophagus," or "Gurvits syndrome" is a rare syndrome with characteristic endoscopic finding of circumferential black appearance of the esophagus beginning at the gastroesophageal junction (GEJ) and extending proximally at variable lengths. [1] [2] [3] [4] Prevalence of AEN is estimated to be anywhere from 0.001 to 0.2% in endoscopy series. 5, 6 AEN is four times more prevalent among males than females and with a peak incidence in the sixth decade of life. 6, 7 Most patients with AEN present with an acute upper gastrointestinal bleeding, though other symptoms such as dysphagia, epigastric pain, and chest pain have been described. 6, 8 Complications range from stenosis or stricture formation at the distal esophagus to perforation and mediastinitis. Herein, we present a case of isolated AEN in a patient with solely uncontrolled diabetes and a negative cardiovascular workup.
CASE REPORT
An 80-year-old male with past medical history of hypertension, dyslipidemia, and diabetes mellitus non-compliant to the prescribed medications, presented to the emergency department with 1-hour complaint of right-sided chest pain that was described as aching, non-radiating, without any aggravating or relieving factors, 10/10 in intensity, and was accompanied by nausea and two episodes of maroon-colored emesis. The patient denied any ingestion of toxic substances and any prior similar episodes. On presentation, the patient was afebrile, and blood pressure of 109/45, heart rate 75, respiratory rate of 18, and room air oximetry of 98%. Physical examination, including fundoscopy was unrevealing. Morphine was administered along with nitroglycerine for the chest pain without any improvement in symptoms. Therefore, given the persistent chest pain and concern for non-ST-segment elevation myocardial infarction, the patient was started on a heparin drip and antiplatelet therapy in the emergency department. Cardiology was consulted who performed a cardiac catheterization which did not show any critical stenosis with an estimated ejection fraction of 55%. They recommended medical therapy including anti-hypertensives, statin, and blood glucose control. The computed tomography of the abdomen and pelvis without contrast was unremarkable. Gastroenterology was then consulted due to abdominal symptoms of nausea, vomiting, and hematemesis. Patient underwent an esophagogastroduodenoscopy (EGD), which showed circumferential, black-appearing, necrotic esophageal mucosa without active bleeding extending from the mid to distal esophagus ( Figure 1 ). There was also mild chronic gastritis without any evidence of active bleeding. The patient was treated with a proton pump inhibitor and sucralfate. Patient had an uneventful hospital course lasting 5 days and was discharged with close follow up.
DISCUSSION
A c u t e e s o p h a g e a l n e c r o s i s ( A E N ) i s a n under-reported condition described by endoscopic findings of circumferential black appearance of the esophagus extending distally to the gastroesophageal junction (GEJ). The reason for such characteristic finding is attributed to the reduced vascularity of the distal esophagus.
1,2 The etiology is thought to be multifactorial including a combination of ischemic insult, mucosal barrier defect, and a backflow injury of gastric secretions.
1,4,9-11 There are certain conditions which predispose patients to AEN such as male sex, older age, and chronic comorbidities like diabetes mellitus, hematologic malignancies, malnutrition, renal insufficiency, cardiovascular insufficiency, trauma, and thromboembolic phenomena.
1,4,7-11 AEN typically presents with an acute upper gastrointestinal bleeding, though other symptoms such as dysphagia, epigastric pain, and chest pain have been described.
In the case of our patient, severe and relentless chest pain along with episodes of emesis were the chief complaints. Given his history of uncontrolled diabetes, hypertension, and dyslipidemia, the severe chest pain symptoms were initially attributed to a likely cardiovascular event i.e. non-ST-segment myocardial infarction (NSTEMI), despite the absence of prior symptoms of chest pain or angina pectoris. However, severe chest pain with vomiting, in the absence of significant EKG findings, or significant elevation of troponins should have provided a clue to consider other differentials aside from acute coronary syndrome. Additionally, administration of adequate narcotic analgesics failed to subside the pain symptoms, further pointing to a source other than a cardiovascular event for the symptoms.
Gastrointestinal conditions frequently masquerade as cardiac symptoms; therefore, it is important to keep in mind esophageal etiologies when a cardiac workup is negative. Thinking of an esophageal cause for the source of chest pain would have prevented the patient from being subjected to unnecessary and time-consuming initial cardiac work-up. Furthermore, a prompt upper endoscopy is vital to classify the degree of esophageal necrosis, as the prognosis and treatment options may vary. The reported mortality depending on the underlying comorbidities is about 32%; with 6% of deaths directly related to the complications of acute esophageal necrosis. [1] [2] [3] [4] Initial treatment lies in supportive measures including adequate intravenous hydration, correction of anemia, esophageal rest by nil-per-os, and management of underlying medical conditions. After endoscopy, medical management includes proton-pump inhibitors, sucralfate, and empiric antibiotics in cases of complications. Surgical intervention is usually reserved for individuals with esophageal perforation and subsequent mediastinitis and abscess. AEN is a rare, grave condition that should be considered as a differential in those individuals with a predisposition and negative cardiac workup.
